The Ehlers-Danlos syndrome is an inherited disorder of connective tissue; it belongs to the same group of diseases as Marfan's syndrome, osteogenesis imperfecta, and Hurler's syndrome (McKusick, 1966) . Recently the heterogeneity of some of the syndromes became apparent-for example, Hurler's syndrome was shown to comprise at least five different genotypes (McKusick, 1966) .
However, Ehlers-Danlos syndrome is still regarded as a single disease entity, but evidence is here given that at least three types are included in -the present clinical definition of the syndrome.
Diagnosis and Criteria
The diagnosis of Ehlers-Danlos syndrome was made on clinical signs, since there are no specific laboratory, radiological, or consistent histological findings. All patients reported All patients were examined by me. Most of them were seen repeatedly, and some were followed up for two years. (Barabas, 1966 ), varicose veins (Sxmundsson, 1956 , and rupture of large arteries (McFarland and Fuller, 1964) , are well-documented manifestations in this syndrome. However, this study is the first attempt to analyse the distribution of the different varieties and complications in a considerable number of patients. It has been shown that the same clinical picture appears in affected members of each family, and that certain clinical signs and complications regularly occur together. These observations gain practical importance, especially when applied to the group with the only potentially fatal complications of Ehlers-Danlos syndrome-the rupture of large arteries.
Results of Investigations
Arterial rupture as a complication of Ehlers-Danlos syndrome was first reported by Mories (1960) . Since then at least six further examples have been described (McFarland and Fuller, 1964; Lynch et al., 1965; Andre et al., 1965; McKusick, 1966) . Except in two patients (Andre et al., 1965; Lynch et al., 1965) , the diagnosis of Ehlers-Danlos syndrome was made retrospectively after the fatal arterial rupture.
The present series is unique because it includes two patients who survived several arterial ruptures. They were compared with 25 patients without a history of arterial rupture. Though the two patients showed clinical and histological features well within the present definition of Ehlers-Danlos syndrome, they differed from the 25 in important aspects such as their liability to gross bruising, the peculiar transparency of their skin, the minor degrees of skin hyperextensibility and joint hypermobility, and their attacks of severe abdominal pain.
It is suggested, therefore, that Ehlers-Danlos syndrome with arterial complications should be regarded as a separate entity, and an impending arterial catastrophe need not be anticipated in those patients differentiated in groups 1 and 2 above.
Basic Defect
The basic defect in Ehlers-Danlos syndrome has long been, and still is, a matter for argument. Most investigators think that it lies in the collagen (McKusick, 1966) , but others believe it is a primary elastic-fibre defect (Goltz and Hult, 1965) . Wechsler and Fisher (1964) showed convincingly that there are no microscopical or electron-microscopical defects in either fibre. Jackson and Bentley (1967) suggested that the defect in Ehlers-Danlos syndrome lies at a high level of organization of the collagen fibres. Their hypothesis is an elaboration of Jansen's (1955) defective collagen " wickerwork " theory. According to them, in this high-level binding the collagen fibrils interact with the various mucopolysaccharides and mucopolysaccharide-protein complexes of the "ground substance."
In the three types of Ehlers-Danlos syndrome three different mucopolysaccharides or mucopolysaccharide-protein complexes may be at fault. All three would lead to some bruising and scarring of the skin and to some joint hypermobility; but each defect would cause a specific weakness, such as the gross capillary and arterial wall fragility in the " arterial" type.
Summary
Twenty-seven patients with Ehlers-Danlos syndrome belonging to 15 families were examined. Three distinct familial clinical types were found-" classical," "varicose," and " arterial."
A new hypothesis regarding the basic defect(s) in "EhlersDanlos syndrome is discussed.
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